Disseminated discoid lupus erythematosus with a linear lesion on the forearm and hand: A rare presentation and review of literature
Sir, Linear cutaneous lupus erythematosus is a rare pattern of lupus erythematosus, mostly reported in children and young adults, with facial predilection. The term linear cutaneous lupus erythematosus was first coined by Abe et al. in 1998 . 1 The histopathological findings of such lesions are mostly consistent with discoid lupus erythematosus. [1] [2] [3] [4] We report a case of adult onset disseminated discoid lupus erythematosus, which started as linear cutaneous lupus erythematosus, on the forearm and hand and showed remarkable improvement following treatment. The unique feature of our case lies in the age of onset, the distribution on the forearm, the dissemination of lesions and good response following treatment, which we were unable to find in any previous article.
A 45-year-old woman presented with linear red-colored elevated lesions on the left forearm and hand of 2 years duration. She also complained of other lesions on the left breast, bilateral inguinal area and right side of waist. The lesions first started on the left forearm and gradually involved other areas within 2 years. The patient was asymptomatic, except for intermittent itching. There was no history of photosensitivity. There was no history of any preceding trauma or chronic drug ingestion. There was no history of similar problems in other family members. Her general and systemic examinations were unremarkable. Dermatological examination revealed an erythematous indurated plaque with adherent scaling, along the lines of Blaschko on the inner aspect of the left forearm, extending onto the palm [ Her hematological parameters, liver function tests and renal function tests were within normal limits. Antinuclear antibodies were positive with a homogeneous pattern and titer of 1:80. Histopathology of the biopsy specimen, both from the plaque on the chest and the linear lesion on the forearm showed hyperkeratosis, epidermal thinning, foci of hydropic degeneration of the basal cell layer and dense perivascular and periappendageal mononuclear cell infiltrate [ Figure 4 ]. Direct immunofluorescence could not be done due to lack of facilities.
Based on clinical and histopathological findings, the patient was diagnosed to have linear discoid lupus erythematosus with dissemination. She was prescribed oral prednisolone 1 mg/kg/day and topical clobetasol propionate to be applied once daily on the lesions, except on the breast and inguinal region. We prescribed topical tacrolimus for those areas. After ophthalmological examination, hydroxychloroquine (6.5 mg/kg/day) was started. The patient was followed up monthly with gradual tapering of oral prednisolone over 2 months, along with periodic ophthalmological checkup. Topical steroid was discontinued after 1 month, but topical tacrolimus was continued up to 6 months. After 6 months, the lesions improved to a great extent with decrease in erythema, induration and size. [ Figures 5 and 6 ]. Currently, the patient is on oral hydroxychloroquine and sunscreen only.
Linear involvement in cutaneous lupus erythematosus along the lines of Blaschko is extremely rare. It might be the presenting feature in discoid lupus erythematosus, bullous lupus erythematosus, tumid lupus erythematosus or subacute lupus erythematosus; among which, the most commonly reported form is linear discoid lupus erythematosus. 4 The lupus erythematosus lesions follow lines of Blaschko, which represents pathways of epidermal cell migration and proliferation during fetal development and reflects the existence of genetic mosaicism of keratinocytes. 5 Most of the reported cases of linear cutaneous lupus erythematosus were in children, with only few cases described in adults. 3, 6 The lesions of linear cutaneous lupus erythematosus have a facial predilection and less frequently can involve the limb and trunk. 6 Neither photosensitivity nor progression to systemic lupus erythematosus is observed. Antinuclear antibodies are usually negative or slightly positive in cases of linear cutaneous lupus erythematosus. 7 In the index case, it was positive with a lower titer. Histopathological features of linear cutaneous lupus erythematosus are usually consistent with features of discoid lupus erythematosus; such as hyperkeratosis, atrophy of the epidermis, hydropic degeneration of the basal cell layer in the epidermis, dense perivascular and periadnexal lymphocytic infiltration and mucin deposition in the dermis. Mucin deposition could not be shown in our case, due to the lack of facility of special stains. Linear cutaneous lupus erythematosus is usually diagnosed on the basis of clinical and histopathological findings. Direct immunofluorescence is indicated only when histopathology in not conclusive.
In our case, the lesions of linear cutaneous lupus erythematosus and that on the breast were consistent with discoid lupus erythematosus, both clinically and histopathologically. Differential diagnoses considered were linear lichen planus, linear morphea, linear psoriasis and linear verrucous epidermal nevus. This case was considered as disseminated discoid lupus erythematosus, as the lesions extended beyond the face and neck. 8 There have been only limited reports of linear discoid lupus erythematosus in adults and amongst them, most of the cases had lesions of linear cutaneous lupus erythematosus, confined to either single extremity, trunk, chest or breast. 2, 4, 9 However, we did not find any previous report of such an extensive involvement with dissemination like in the present case. In contrast to the previous reports, our patient showed remarkable therapeutic response within 6 months.
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Sir, Inherited punctate palmoplantar keratoderma is a rare disease characterized by multiple, small, asymptomatic, keratotic papules on the palms and soles. 1 Punctate keratoderma has rarely been reported in a linear fashion. 2 We found only three reports of unilateral linear type of punctate palmoplantar keratoderma described till now. [3] [4] [5] We present a unique case of unilateral linear punctate plantar keratoderma, a presentation never reported before in literature.
A 26-year-old female presented with linear thickening of the right sole noticed since the age of 8 years [Figures 1 and 2] . The patient initially developed some thickened lesions on the right sole that progressed gradually over several years to form a linear thickening. The patient was born of nonconsanguineous marriage, and there was no history of similar lesions in other family members. There was no history of chronic weight loss, prolonged drug intake, itching, dry skin or other systemic involvement. On examination, a 1 cm × 6 cm sized linear plaque was seen extending from the base of the second interdigital space to the middle of the forefoot on the right sole. This plaque was studded with pinhead-sized punctae, had a rough surface and was non-tender. The examination of the underlying joints showed no signs of inflammation, tenderness or obvious bony abnormality. Paring of the lesions did not show any pin point bleeding. Rest of the cutaneous examination including hair, nails and mucosa was normal. Systemic examination showed no abnormality. Our differential diagnosis included unilateral punctate-striate plantar keratoderma, striate keratoderma, porokeratosis, porokeratotic eccrine ostial and dermal duct nevus, clavus, plantar verruca and callosity. Blood counts, renal and liver function tests and chest radiograph were normal.Stool for occult blood was negative. Histopathology showed orthohyperkeratosis, hypergranulosis and acanthosis [ Figures 3 and 4 ]. There was no cornoid lamella. Genetic analysis was not done due to nonavailability and financial constraints. Based on clinical and histopathological findings, a diagnosis of linear inherited punctate plantar keratoderma of the right sole was made. The patient was started on topical tretinoin 0.025% ointment but was subsequently lost to follow-up.
Punctate palmoplantar keratoderma is divided into hereditary and acquired forms. Hereditary punctate palmoplantar keratoderma is seen to occur in the first decade in half of the cases and in second decade in another third. 6 Our patient had the onset of her lesions in the first decade of life. It affects people without discrimination of region or sex. 7 Both genetic and environmental factors including trauma are believed to play a role in the disease pathogenesis. 2 An autosomal dominant mode of transmission with variable penetration is suggested by many case reports. 8 Unilateral involvement has been hypothesized to occur due to genetic mosaicism. 9 Clinical presentation is that of asymptomatic, thickened, pinpoint papules on the palms and soles. Nails may show longitudinal ridges, onychoschizia, trachyonychia and onychorrhexis. 3 The disease is associated with systemic manifestations such as sebaceous hyperplasia, atopic dermatitis, spastic paralysis and ankylosing spondylitis. However, there were neither nail changes nor systemic involvement in our case. Owing to reports of pulmonary and gastrointestinal malignancies, a regular follow-up of such patients is required. 8 Histopathology of all palmoplantar keratodermas is essentially the same and shows hyperkeratosis, acanthosis without parakeratosis and elastorrhexis. 3 Electron microscopy reveals prominent nucleoli, increased tonofilaments in the stratum basale and keratohyaline granules in the upper spinous layer. 10 Electron microscopy was not done in our patient due to nonavailability. Differential diagnosis includes striate keratoderma, callosities, clavi, plantar warts, linear punctate porokeratosis, porokeratotic eccrine ostial and dermal duct nevus and arsenical keratosis. Striate keratoderma presents soon after birth with linear bands, areate or confluent areas of keratoderma raised well above the skin surface without the punctate lesions and occurs due to genetic mutation in one of the three genes encoding for desmoglein 1, desmoplakin or V1 domain of keratin 1. 11 Punctate palmoplantar keratoderma, on the other hand, has its onset after the first decade, and presents as keratotic papules or crateriform lesions or both. 10 As in our case, the lesions comprised of keratotic papules and crateriform (depressions) lesions arranged in
